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In Rouge's operation, in which an incision was made in the sulcus of the upper lip, and the soft tissues were reflected upwards to expose both anterior nares, and by dividing the septum, the whole of the nasal cavity was laid open. Here again the access to the fibroma was insufficient.
Congenital Abnormalities at or near the Upper End of the (Esophagus. By A. BROWN KELLY, M.D. THIS paper deals with certain developmental errors close to the upper end of the gullet. All of them are associated with narrowing of the lumen and consequent difficulty in swallowing. The more pronounced the stenosis, the earlier does the dysphagia manifest itself and the more gravely does it menace life. In considering these abnormalities one should therefore keep in view their effect in the newly born infant, the young child, and the adult, respectively.
Atresia with essophago-tracheal fistula.-Of all the maldevelopments of the gullet, atresia is the most serious, as it invariably has a fatal issue. The signs and post-mortem appearances of this interesting abnormalitv have been frequently described, but seldom better than by Morell Mackenzie in 1884. It is therefore unnecessary to do more than mention the features which are of special diagnostic value. Reference will be made only to the commonest variety, in which the atresia is associated with an cesophago-tracheal fistula. The upper part of the cesophagus in such cases ends blindly somewhat above the level of the bifurcation of the trachea, while the lower part passes up from the stomach to the posterior wall of the trachea where it opens as a fine fistula slightly above the bifurcation or more rarely into a bronchus. A solid strand of muscular or fibrous tissue representing the atresic portion may connect the upper and lower segments.
The need of diagnosing this condition must occasionally arise, as it is not very rare, and in a large proportion of the cases the child lives four or five days. Cleminson's patient survived ten days, and even the fourteenth day has been reached.
The signs are those of obstruction high in the cesophagus. The child chokes, coughs, and becomes cyanosed from time to time, owing to inability to swallow the saliva and mucus which collect in the throat. It may drink a teaspoonful of milk but all of this is regurgitated sooner or later, and any attempt to give another teaspoonful at once excites choking and regurgitation. A small bougie is held up at 9 to 13 cm. from the gums. If there is also an cesophago-tracheal fistula additional signs may be noted, viz., the vomiting of meconium and the presence of a large volume of air in the stomach, pressure on which causes the air to escape through the fistula. X-rays show air in the stomach and intestine which normally is not present and, after the introduction of barium, the depth to which the upper segment of the cesophagus reaches. Suspicion of a maldevelopment in the cesophagus will gain support from the finding of other congenital abnormalities. These occur in about 60% of the cases of atresia; imperforate anus is the commonest (Plass).
Death is usually due to inanition or septic pneumonia.
Congenital stenoses.-In order to prove that a stenosis of the cesophagus is of congenital origin there should be a history of dysphagia and regurgitation from birth, or from the time when the patient was first given solid food, and the endoscopic examination or necropsy should reveal a perfectly smooth lining membrane without any sign of cicatrization.
Stenosis opposite the seventh thoracic vertebra.-Before considering stenoses at the upper end of the cesophagus it will be useful for purposes of differential diagnosis to refer briefly to the narrowing at a lower level, which is occasionally met with in children. A picture will thus be obtained of a group of symptoms intermediate in severity between those of atresia and those of stenosis in the adult, to be described later.
In pronounced narrowing of the cesophageal lumen there may be, from birth onwards, choking and regurgitation while drinking. The conditions differ, however, from those in the atresic infant, in that some of the milk reaches the stomach, the throat is not constantly full of saliva and mucus, the motions are ordinary and the urine is not unduly scanty. The children live, but their health and growth are usually below the normal. When the narrowing is less, there may be no sign of cesophageal obstruction until attempts are made-usually about the end of the first year-to give semi-solids. From that time onwards the bringing up of food is an outstanding feature. As a rule, suspicion is only then aroused as to the presence of some disturbance of a non-dietetic nature. At this stage, if not earlier, resort should be had to X-rays and endoscopy. Skiagrams reveal a constriction which, as Sheldon and Ogilvie have pointed out, is usually opposite the seventh thoracic vertebra. In seven of Professor Leonard Findlay's cases of this description I found on endoscopic examination that the apparent stenosis corresponded to the hiatal cesophagus and cardia and that immediately beneath this was gastric mucous membrane. It therefore appeared that the viscus between the stenosis and diaphragm was part of the stomach which had not descended into the abdomen, as normally it should, owing to congenital shortening of the oesophagus.
Stenoses at the upper end.-Our comparative ignorance of both normal and diseased conditions in the hypopharynx and upper end of the cesophagus is due to the difficulties encountered in the use of the principal methods of examination, viz., X-rays and endoscopy. The speed at which a bolus is shot into the gullet precludes deliberate inspection of what takes place during its transit. The cinematograph may make good this defect. When the crico-pharyngeus is in a state of spasmodic contraction considerable pressure may be necessary in order to overcome its resistance and allow the passage of an endoscope. Additional obstacles are the limited view-owing to the tissues being firmly gathered around the end of the tube-and the want of landmarks preventing exact orientation. In these circumstances a delicate membrane is liable to be ruptured, even before coming into view. It is probably on account of such conditions that our knowledge of affections in this region owes more to anatomical and pathological research than to endoscopic observation.
Simple stenosis at the entrance to the aesophagus.-A congenital narrowing of the lower part of the hypopharynx, or upper part of the cesophagus may be produced by a membranous diaphragm, fold or ledge, or by a diminution in the size and lumen over a variable extent. These conditions may be considered together under the designation, "simple stenosis at the entrance to the cesophagus."
Congenital stenoses at or near the upper end of the cesophagus are very rare. Morell Mackenzie knew of the affection, but in 1884 had not yet seen a case. Guisez, in his book published in 1923, described five cases of congenital stenosis in the gullet, but not one of these was at the upper end. Our knowledge of the disease is based on a comparatively small number of cases, the majority of which were recorded many years ago.
Morell Mackenzie is the only writer, so far as I know, who has named this affection. He termed it "simple stenosis of the gullet," and defined it as: " Abnormal narrowness of a limited portion of the cesophagus, without any morbid change in any of its component tissues at the seat of stricture." He and most of the subsequent writers on the subject quote as examples of the disease Sir Everard Home's well-known cases, preparations from several of which are in the Museum of the Royal College of Surgeons, and those reported by Cassan (one) and Zenker (two).
In 1910 Arthur Keith, in the course of a demonstration dealing mainly with congenital constrictions of the alimentary canal, described "Non-cicatricial stenosis of the upper cesophageal orifice." To illustrate this part of his subject he referred to 9 specimens in the museums of the R.C.S. (four), St. George's Hospital (three) and Charing Cross Hospital (two). He stated that the condition seen in eight of the specimens was not comparable to a hypertrophic, but to a fibrous stenosis of the pylorus. The circular muscle was not hypertrophied, but atrophied, contracted and replaced by loose connective tissue. In one of the specimens there was a hypertrophy of the musculature.
Kraus, in 1913, described the subject under consideration in two short sections. In the first, entitled " Membranous obstruction of the cesophagus," mention is made of a case observed by the author, and another by Bauernfeind. In the former a pressure pouch was associated with the fold of mucous membrane, causing the stenosis; in the latter an annular membrane was present. The second section treated of simple congenital stenoses at various levels in the cesophagus; no new case at the upper end was mentioned. D. M. Greig, in 1921, made a contribution to the subject of congenital narrowing of the cesophagus, in which he reported the case of a woman, aged-82, who had never been able to take any solid food. There was no emaciation. Her death was probably due to senility. She could swallow liquids so long as consciousness remained, but with disturbance of this she became unable to exercise the necessary care. At the post-mortem examination a narrowing of the cesophagus was found at the cricoid level, through which a small probe could be passed with difficulty. On dividing the cesophagus vertically all the coats were seen to be normal. C. C. Beatty, in 1928, published a comprehensive paper, with bibliography, on congenital stenosis of the cesophagus. In this he briefly described (p. 252) the case of a man, aged 38, who died as a result of fibrosis of the liver. The postmortem report was as follows :-" Stenosis of the cesophagus, immediately behind the cricoid, with no apparent scarring. The cesophagus at the lower border of the cricoid will admit a good-sized lead pencil. Two inches lower down the calibre is normal again. There is no excess of fibrous tissue and the constricted part is quite soft and elastic, like the remainder." In the clinical notes was no mention of a past history of dysphagia.
Interesting but atypical cases of stenosis at the entrance to the cesophagus, which for want of time cannot be discussed at present, have been reported by the following writers: S. S. Adams, J. Payson Clark, and J. Comby. Special mention should also be made of a recent valuable paper by K. A. Phelps on congenital anomalies of the cesophagus.
Lastly, I will briefly describe a specimen [shown] of a congenital stenosis at the entrance to the cesophagus. A few days ago when about to slit up a fresh gullet, I was struck by the marked pallor of the deeper part of the hypo-pharynx. The smaller upper part was smootlier than usual, giving Uhe impression of atrophy, and its normal red colour gradually passed into the almost colourless deeper part. On looking into the hypopharynx, the upper half of the post-cricoid region appeared normal, while the lower half was seen to undergo gradual and uniform narrowing in its descent to the pharyngo-cesophageal junction, where it terminated in an opening about 4 mm. in diameter. The constriction was fully 1 cm. in length. Beyond it the lumen of the cesophagus was normal. The lining membrane of this funnel-shaped stenosis was perfectly smooth and without trace of cicatrization, thus suggesting a congenital origin. The specimen was obtained from a man, aged 35, who died from cerebral haemorrhage (see fig.) . I have since learned from this man's family doctor, who knew him from his birth onwards, that throughout his life he never had trouble with swallowing or tendency to choke: also that he had served at the front in the war when a disability of this nature would surely have manifested itself. This case resembles Beatty's in that there was no dysphagia.
Congenital stenosis at the entrance to the casophagus. (Author's case.)
Our knowledge of the morbid anatomy of congenital stenosis at the entrance to the cesophagus is based mainly on post-mortem findings such as the above. I shall now deal with some clinical experiences.
Several of my cases of congenital stenosis at the upper end of the gullet have been recognized as such only after symptoms had arisen due to the development of another disease.
Thus, two patients aged respectively 75 and 78 years, both of whom had a pressure pouch of the pharynx, had been troubled with difficulty in swallowing all their lives. Kraus and Worthington had each a case in which a diverticulum was associated with a stenosis.
In the affection termed " spasm at the entrance of the cesophagus," I have met with a few cases in which the narrowing was produced not merely by spasmodic muscular contraction but also by what appeared to be a well-defined circular membranous web with an aperture 3 or 4 mm. in diameter. In such cases when dysphagia has been present throughout the patient's life, a congenital origin may, I think, be assumed. An annular stenosis, however, in the majority of cases of spasm at the entrance to the gullet, is probably due not to an organic membrane but to the firm approximation of the encircling folds of mucous membrane. The distinguishing features of the two varieties are described in the Journal of Laryngology, 1919, p. 285.
A few patients with malignant disease at or near the mouth of the mesophagus gave a history of dysphagia from early childhood. Of ninety-eight cases of postcricoid cancer collected by Logan Turner, in four "a narrow throat" was stated to have been present as long as the patient remembered. A case in which this association was demonstrated was that of a lady with epithelioma in the right pyriform sinus. Mr. Wilfred Trotter, when operating on this patient, found post-cricoid narrowing owing to a fibrous thickening in the pharyngeal wall which necessitated a subsequent plastic operation. He informed me that hehad seen similar conditions before and regarded them as congenital.
Later, I reminded this lady that she had previously denied having dysphagia.
She excused the misstatement by saying that she had always had some difficulty in swallowing but did not consider it worth mentioning. Her relatives, on the other hand, were well aware of the disability. I have repeatedly noticed this inclination to deny or minimize difficulty in swallowing in those who have long experienced a moderate degree of obstruction. This does not arise from a desire to deceive, but is merely their own estimate of the symptom. Having never been able to swallow normally they feel no inconvenience.
From childhood, onwards, they have masticated carefully and have accustomed themselves to the foods that suit them best. When such persons are questioned as to their diet they may state that they do not eat meat, but they usually qualify this admission by maintaining that this is not because they cannot, but from distaste.
A better idea of their capacity to swallow is obtained by inquiring as to the time they take over their meals compared with others, whether there is a tendency to choking and coughing while eating, and whether fragments of food occasionally stick in the throat.
Islands of gastric mucosa.-While discussing congenital abnormalities at the upper end of the gullet, mention should be made of the occasional presence in this region of islands of gastric mucosa. These appear to the naked eye as sharply demarcated yellowish brown oval patches, which are easily seen against the pale red mucous membrane of the cesophagus and are liable to be mistaken for superficial erosions. Some are very tiny and may be multiple; others larger, measuring from 1 to 2 cm. vertically and half this transversely, are rarer and usually solitary. The islands are commonly found between the lower edge of the cricoid cartilage and the level of the seventh or eighth tracheal ring on the lateral part of the posterior wall; they may be bilateral and symmetrical. They are commonest in adult life, but may be met with at all periods of development, both pre-and post-natal.
Varying statements as to the frequency of the islands have been made. Schaffer, by whom they were first described, was inclined to consider them as typically present. Schwalbe detected them with the naked eye sixty times in 450 necropsies (13 -3%); and Schridde, in twenty-one of thirty bodies examined (70%). A. L. Taylor described six cases met with in a series of 900 post-mortem examinations at the Leeds General Infirmary. They are best seen when the material is fresh, for in a few hours they lose their characteristic yellowish-brown aspect and become indistinct.
The microscopic examiuation of an island shows it to be sharply demarcated from the surrounding stratified squamous epithelium of the cesophagus by the surface becoming irregular from the presence of a number of long papillae, between which are pits or deep inlets. The island is covered by a single layer of cylinder-celled epithelium. The glands, consisting of winding and branching tubes, are seated above the muscularis mucoste, and thus differ from the ordinary mucous glands of the aesophagus which are found only in the submucosa. As stated by Schwalbe, these islands are probably the result of the later development of remnants of the cylinder epithelium of the primary gut.
Gastric islands in the upper part of the cesophagus may possibly undergo pathological changes similar to those that take place in the lining membrane of the stomach. Evidence, however, is insufficient to warrant unqualified acceptance of views that have been expressed as to the islands occasionally being the seat of origin of cylinder-celled carcinoma, as to the ducts dilating to form cysts, and as to the secretion of the islands giving rise to pyrosis. In Taylor's opinion the clinical significance of superficial congenital heterotopias, such as the gastric islands, is small.
